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 1-CLINICAL
584.] By definition haematoporphyrinuria is taken to mean a clinical
condition in which porphyrins appear in the urine. They may be present
either temporarily or throughout the whole of life. It is not necessary
that sufficient of the pigment should be present in the urine to render it
coloured to the naked eye, and in many cases the condition can only
be discovered by careful chemical analysis combined with spectroscopic
examination. The following classification serves as a suitable one, since
it covers most of the common types: (1) haematoporphyria congenita,
(2) haematoporphyria acuta, and (3) haematoporphyria chronica.
(1)—Haematoporphyria Congenita
This condition was first described by Hans Giinther, and, as A. E.
Garrod suggested, it is only fair to maintain this title. Since Giinther's
original publication many cases have been, reviewed, and an excellent
summary was given by Garrod. A careful study of all the recorded cases
supports the view that this is a definite inborn error of metabolism or
'chemical malformation'. In so far as it is possible to ascertain, all the
cases fulfil the conditions necessary for the establishment of the diagnosis
of inborn error. The greater difficulty, however, has been found in prov-
ing that the condition was truly present since birth. Garrod described
one case in which the mother maintained that the very first urine
passed was red and that the child had passed red urine ever since.
In Gtinther's original case the red colour of the urine was noticed at the
age of twenty months: his other patients stated that their urine had been
red as long as they could remember.

